Incomplete ]Pachydermoperiostosis
J A Savin MRcP (for S C Gold FRCP) (St George's Hospital, London) S N, man aged 37 History: September 1965: presented with a history suggestive of fissure-in-ano; placed on waiting list for admission and examination under anesthetic. October 1965: on admission his anal symptoms had subsided, but his gross clubbing needed investigation. Past history: Pneumonia at age 4. Pain and thickening of ankles since late teens. More recently painful swelling of wrists and fingers with severe sweating of the hands and feet. Some cough and indigestion for two years. Family history: Younger brother and cousin have clubbing, but no other changes. Other details not known. Clinical findings: Gross clubbing of fingers with great thickening of the wrists (Fig 1) . Similar changes of toes and ankles. Thick rather greasy skin of face with furrowed brow. Sweaty hands and feet. Investigations: Because of his cough and past history of pneumonia as a child he has been extensively investigated, but no cause for his clubbing has been found.
Investigations have included bronchoscopy, bronchograms, sputum tests and pulmonary function tests. Cardiac catheterization with a pulmonary arteriogram and dye dilution curves showed no evidence of a right-to-left shunt. His arterial oxygen tension was normal.
Finger blood flow was within normal limits and did not alter after administration of rutin.
Barium studies of the entire bowel, cholecystogram, and liver function tests were normal. X-rays of ankles ( Fig 2) and wrists show gross shaggy periosteal new bone formation. This is also seen on the lower end of the femurs.
He does not have the raised urinary excretion of cestrogens, the paraproteinemia, or the low serum sodium which have sometimes been found in this condition. Treatment: During investigation secondary syphilis was found. His WR reverted to normal after a course of penicillin. A course of rutin 200 mg q.d.s. failed to relieve his symptoms. At present tabs. propantheline 15 mg t.d.s. seem to be lessening his sweating.
Comment
If in addition cutis verticis gyrata had been present the pachydermoperiostosis would have been 'complete' (Touraine et al. 1935) . The finding of clubbing alone in a brother and a cousin is consistent with inheritance of an autosomal dominant type and shows the characteristic variation in expressivity. Dr C A Ramsay: The patient complains of severe pain around the wrists and ankles. In hypertrophic pulmonary osteoarthropathy seen in patients with intrathoracic malignant disease the pain usually responds dramatically to vagotomy, even if the tumour is inoperable. Vagotomy may perhaps be considered as a means ofrelieving the pain in this patient.
Dr Savin: We propose to use propantheline, raising the dose until he experiences side-effects. As well as controlling the sweating this may in a sense act as a 'chemical vagotomy'. Should this fail surgical vagotomy may be considered. ointment. Improvement of his skin was coincident with his general improvement, but it never cleared, and at the time of his discharge from hospital it was still slightly erythematous and scaly. His general health remained good, and the supplements of iron, calcium, folic acid, and vitamins were stopped but he was continued on his gluten-free diet. In 1960 his skin condition became worse and he was given systemic steroids. He has been on them since that time, his usual dose being 10 mg prednisone daily. His skin has remained red and scaly.
In 1962 at the age of 30 he developed a carcinoma of the tongue which was treated by hemiglossectomy and block dissection of the glands of the neck. Histology showed the lesion to be a poorly differentiated invasive squamous carcinoma. No carcinoma was found in the lymph nodes.
In January 1966 he developed a nodule on his right leg which was excised and histology showed it to be a kerato-acanthoma. In May 1966 he developed an ulcer on the dorsum of his left foot. A biopsy showed it to be a moderately well differentiated squamous cell carcinoma. The ulcer was excised and grafted (Mr John Watson). In June 1966 he developed another lesion on his
